(Values below 80% of normal average should be considered as indicating renal damage,) ( From a female infant aged 4 months, who was admitted to hospital under Dr. Hutchison, with a history of never having cried normally, and of becoming progressively more feeble. The infant had at first gained weight on the breast, and had then been weaned, owing to feeble sucking. Family history negative; mother's first pregnancy.
Condition on admission.-All movements of limbs were very feeble and there was partial paralysis of the intercostals. Some limitation of flexion of elbows, hips, and knees. Tendon reflexes absent. Muscles felt rather increased in size and firm (similar to those in pseudohypertrophic muscular dystrophy). Electrical reactions showed that the muscles of both arms and legs responded, though feebly, to faradic current. Pulse 130. Area of cardiac dullness not determined. Skiagram of muscles showed normal outlines. Wassermann reaction negative.
The child was fed by tube, but breathing became more dyspnceic, and death occurred, being apparently due to respiratory paralysis.
Post-mortem examination (forty-eight hours after death).-The heart weighed 73 grm. (normal, approximately 25 to 30 grm.); it was globular, firm, and greatly enlarged in all diameters, measuring 7 cm. from apex to right border and 4 5 cm. from above downward. Enlargement was principally due to hypertrophy of the left ventricle-the wall of which was 2-5 cm. in thickness-but the walls of both auricles and of the right ventricle were also hypertrophied ( fig. 1) . No appreciable dilatation. Pericardium and origin of great vessels normal. Aorta showed no coarctation. Coronary arteries given off normally from aorta. No stenosis or other abnormality of cardiac valves. Myocardium firm and of normal colour. (fig. 2 , p. 84). The vacuoles were round or oval in shape, and appeared empty. There was no evidence of fatty infiltration. The nuclei stained normally. Sections were stained for glycogen with Best's carmine, but only after the tissue had been in an aqueous solution of formaline for several days; the result was negative.
Paraffin sections (stained hemmatoxylin and eosin) of gluteus maximus and gastrocnemius muscles showed a closely similar appearance. 09 1331 Dr. Greenfield, who kindly examined the sections, considered that the condition was probably the same in both the myocardium and skeletal muscles, and represented a generalized infiltration of the muscular system with some substance, possibly glycogen, which had disappeared from the preparations. In the absence of frozen sections of the skeletal muscles, however, it was impossible to say definitely that the spaces seen were actually within, and not between, the muscle fibres.
Comment.-Examples of congenital hypertrophy of the heart which have proved to be due to glycogenic infiltration and have shown a somewhat similar histological picture to the above, have been reported by Pompe in a female child of 7 months, x 400.
FrG. 2.-Myocardium showing vacuolation of muscle fibres. and by Antopol, Heilbrum and Tuchman in a male of 4j months. Pompe described the cardiac muscle as showing "un reseau de mailles rondes, ovales, ou plus allong6es," their shape depending on the angle at which the fibres were cut. The liver cells were similarly affected, and the vacuoles within both myocardium and liver cells stained with Best's carmine, although the tissue had been in an aqueous solution of formalin for over forty-eight hours, suggesting that the glycogen present was abnormally stable.
It is unfortunate that in the present case the autopsy was not carried out until forty-eight hours after death, and that it was several days before the possible presence of glycogen was suspected and the tissue transferred to an alcoholic solution. Consequently it has not been possible to demonstrate the presence of glycogen in the vacuoles, though it appears at least possible that this case represents another example of Von Gierke's glycogen disease, in which the muscular system is principally affected.
